INTRODUCTION
Agenesis of dorsal pancreas is a rare anomaly resulting from defective pancreatic formation during embryogenesis. It may be partial or complete. In partial agenesis the size of pancreatic body varies. In complete agenesis, body and tail of pancreas are completely absent. [1] Presentations are variable, the most important being pancreatitis and diabetes mellitus. Being very rare, it is generally not kept in mind while dealing such presentations. Here comes the importance of imaging to reaching the culprit. So, cases like this should always be presented to increase diagnostic accuracy. Thus, this rare case of complete dorsal pancreatic agenesis with a different presentation is reported here.
CASE REPORT
A 65-year-old male had presented with the compliant of pain epigastrium since 5 months, decreased appetite and 6 kg weight loss since 5 months, passage of oily loose stool with increased frequency. On examination, sclera and nails were yellowish. Abdomen was soft, non-tender, and no mass palpable. Laboratory investigations revealed serum bilirubin of 10.5 ml/dl, alkaline phosphatase of 743 IU/l, normal AST/ALT and normal amylase levels. Ultrasound showed multiple echogenic masses in gall bladder and dilated common bile duct (17 mm) with distal portion obscured. Pancreas was also found obscured by dilated gut. CECT revealed dilated gallbladder and common bile duct (19 mm). No stone was found in common bile duct. Interestingly, it revealed that the body and tail of pancreas were completely absent. Only, the head of pancreas was present with normal attenuation value [ Figure 1 ]. No signs of pancreatitis or any mass lesion was found in head of the pancreas. The patient managed conservatively by oral supplements and endoscopic stenting. But, the patient was lost in follow up, preventing further work up.
DISCUSSION
The pancreas is formed by ventral and dorsal endodermal buds. The ventral bud gives rise to the major part of the head and uncinate process which drains through Wirsung duct. The dorsal bud forms the upper part of the head, body, and tail of the pancreas which drains through the Santorini duct. [2] Complete agenesis of the pancreas is incompatible with life. [3] The cause of agenesis of the dorsal pancreas is currently not well understood. It may be sporadic and in some cases, autosomal X-linked dominant inheritance has been suggested. [4] Agenesis of dorsal pancreas should be differentiated from pancreas divisum (failure of the ventral and dorsal pancreatic ducts to fuse), pseudo-agenesis (atrophy of the body and the tail of the pancreas secondary to chronic pancreatitis and sparing of the pancreatic head), and congenital short pancreas. [5] It may be asymptomatic or presented with abdominal pain, diabetes mellitus, and pancreatitis. [6] Body and tail of the pancreas have most of islet cells. The absence of the body and tail contributes to the development of diabetes mellitus. [7] Pancreatitis can develop due to namely sphincter of Oddi dysfunction and hypertrophy of the remnant ventral gland with higher intrapancreatic duct pressure. [8] In the present case, the presentation was really confusing. The patient was giving the impression of obstructive jaundice and signs of pancreatic exocrine insufficiency. The patient had shown some improvement after sphincterotomy, but cannot be followed completely. Most of the time, it is not suspected until imaging investigations are not done. The most frequent imaging for diagnosis is CT scan. Further confirmatory imaging techniques are magnetic resonance imaging, ERCP (endoscopic retrograde cholangiopancreatography), and MRCP (magnetic resonance cholangiopancreatography). ERCP or MRCP can define the anatomy of the pancreatic ducts more precisely. [9] Treatment is usually symptomatic and supportive.
